IgG4-related disease-from the establishment of
disease concept to pathophysiology-

SEg:jpn

H AR E:

~EH: 2021-05-20

*F—7—NK (Ja):

*—7— K (En):

{E & : Kawano, Mitsuhiro

X—IJL7 FL R:

il=F
https://doi.org/10.24517/00062391

This work is licensed under a Creative Commons
Attribution-NonCommercial-ShareAlike 3.0
International License.



http://creativecommons.org/licenses/by-nc-nd/3.0/

2 EIRNRFTEEFREMEE #1305 %175 2-8 (2021)

[#e7c]

IgG4 B R

- \'}é_é/%*%

DFESL P SIREA & T —

TR S (VA

SRl

=T - BESENE

IgG4-related disease
-from the establishment of disease concept to pathophysiology-

Mitsuhiro Kawano

& C & (<

HHIEBORROBBICTIHEEZ B W) Z LI
LIl ETHY, BREIZE > T, FEICHEE
B ETHD ZDL)BHIERINBEL W
BREOI L, 21 F CREL SN TCELEE LS
B IgG4 B BB (IgG4-related disease: IgG4-RD)
Wb, FHIIFVIZY, IgGARD OREEIHZ & 1gG4
T ORI O TH S 22 E 722001 £ H BN S
ZE3FED20044FE L), KRB OEIRIZE B L
LS fb, BSOSO BW - GREDIRIE L
R F CHIECREERT S22 ENTE . KIETIL,
IgG4-RD O B S DOMELH) S Z OFREEAEI T T, &
PHIEL b C& b DD—NE L THEHT 4.

X7 v Yi® (Mikulicz disease: MD), HC®E
MEEX (autoimmune pancreatitis: AIP) 75 1gG4-
RD N

[gG4-RD %, HWHEICHIEL, £250H 5 W 5l
FHCHERMED L CIIEESRE LR 2 L9 A8 L
) BV SEMR B TH L. IgG4A-RD DR - MEH
PRaRZE 1%, 1888 4FE dMikulicz D& sk, MD & LT
PEHEBE AT STz, L L, 19534E1CE 447
iR T3 AMorgan & Castleman 2 X > Ty — 7%
L VEEEE (Sjogren syndrome: SS) & MD (& [/ U
ThhHEFEmOIOToN/IZ &Ly, DIEMDIZSSD
—iE L SN, ENSNTAAIEE o7

1991 45 |2 WMk |2 Jit R AS BH 0 9 14 B8 % T2 L 72
B2 G A S, FrEEA s LTER &
720 1995 I AARDJEBNIZ 0 L CTAIP & v 9 # L
VISR E NS &, IHLERIRHE O [ TAIP
DOWENRZE L LT OTRRE - BEEIRIRZAANEH Shb &

I o7z, 20014E1E, AIPICE > TRy 7 XA —F
YT RETHo T WALMERR (ZOEIZAIP &)
AR L > QI 2T S e o 7o) BE
BV TIIEIgGARENZE L @mnw2 &, ZOfii
MR e gL, BURSTE(LIEIRAE 2%, SS& & i
YHCIEE AR TH 5 2 & 5%, New England Journal
of Medicine i (2Hiis SN/ TH A?. T2, BRI
=0, AIPEE ORISR B E A B L 7 R IE IR
HEAE O ML 1g G4 By 1% D T B ML 234 Bz L T
52N, FHLEMNKAHLEZENRO 7 V=70
Hamano 5|2 X V) Lanceti i SNz, ThH D%
I, AIPOREAEM % XN THE 2 55 F
ELTCIgGDY T2 G AD—D>TH LHIgGansiEH &
NAEH%ho7e.

20034, #BA7 B IANFBETH AL 2B O Kamisawa 5?
(&, AIP 8B DIFME % OBEMIRZE % MR |2 1gG4 0%
Geft THRET L7z, E 0GR, BIRDAMHIIEE & JHEET
13841 8% 12 1gG4 R 1 T2 Bl ie (1gG4-positive
plasma cell: IgG4+PC) 12 % 728, JFE D FIIREL T X
RET L 7236036, BANEE CTII7HIh5 61, KRR
TIE26IH2 512 1gGA+PCIEHE % RO T\ 7z, B2
KRV &2 v osHEHieGIH6 6], B2 EIH26]12 b
[gG4+PCERIHZFEOTE Y, ZO#ERIE, AIPHHAL
BRICIRB LZRETIE R, EF0%EREBMT
RETHLWREMEEZRET AR Tho7z, T2, HE
TR TS L 722609 1 6] ClgGA+PCIRIE % 7280 C
W7z, IS X ), Kamisawa 513, AIP & W)
DITEENRICBRR L 725 Cld e < &5 H O RiER
BOLS hEGEBRO—HTHhLE LT, TgGi
related systemic disease” &\ ) FIF B X 2R L /2.

ZO%, Bl hlEaRi L LT, BlE (20044F), Kl
(2004-54F), f2NENE/ KEIIRE P (2002-94F) 72 E D5k 4
WS ENT. 72, MD & LTSSO—Hifll - &



TWE BRI L Cid, ALIREERNKS: O Yamamoto
Lo, FEIISSL T BL2EETHY, 1gG4
BRI - ME IR CTH D EDBHL NI ENT. #
JEREIZEE L Cl&, 2002 4F »Hamano S D52 5 BEIZ
BEAVR ST WS, Z O, SAEMIER KBRS
ZF CTEREMESILT S,

20084F & 0 JE A Gr @Rt se B B EEA TR
B RWIFE S [1gGA B L e 1) > 2 SHEFE 45 8
(IgG4+MOLPS) DOHENT.D 728 D FERIFZEHE | (M5 - [if]
BFEE) 252 % — 1+ L, 2011FFIC 2 ORI L - T
[TgG4-RD ] &\ ) Frfile B A BRIR &, [l RE | HEFR
A DB W HLHET D 5 1gGA-RD WGB3 5% &
n7z? 20114E121E, T AV ADOKRA F AIZB Wil
RO COEBY v RY 7 200 S, EERZ
[TgG4-RD | &\ ) FiBli B4 DOBRIR & S lisi a2 D
B 6, BIREPT RoOFHiko 3 > & o
AbFEERI NI,
20114EDRA b TOHIEIgGARD EFE Y v RY
7 LI, 2014 4R 12552 (0], 2017 4E 121X 453 ] & 34E 4
WZERE Y VRO AP SN TS, 20144 D552
[0l 7 —=< %, International Consensus Guidance D1
WTHhY), MRPPSEF S R2L0FHMFIZLHE
BIZEDOWTTIDDOAT— M A b (3R] 2RIREN
720 IhSIE, B S, RO (EHE AR
), E oM, RO RICE T A 7HA
PHTETBY, 62DHHIZDOWTIE, AHE1X80% L.
LTH o720, [ERBER2 S A 70 4 NIZREE

#F1 AF—MA b (EBarv S 2AT4 50 R)

L IgGUBIEREE RIS D113, e, SIERTS,
L R BT LS

2. BRSO BRFRE B ORI O 720121, AR &
LEHOMEEN TR EDO N5,

3. JERD & B IEEEDIgGAR EH B EH T, BRIV L
ZTHY, WEIL Lo TR EET L. ERPZVE
HTH—HOBEIEFEPLIETH .

4. FEZaNVF a4 F (A704 F) d, HEkod 5k
BHROBEIC L T, HRHFHNP LT IIEHRETAD
72ODH—ERETH 5.

5. —HOEBH TIXIHHRIIARE P S AT A FE 270 A
F OG- EZ IR 2 720 O GIEIIHISE O GF H 302 T
b, TN, AToA FEANCLABEETIE, &
Ray huo— L TEanzbnl, EMoXF0( M
FREWEHDON A7 B EEH720TH 5.

6. T AN T ok, —HMOBETIIAE
FREICBAT T2 28T L.

7. BEEAD) T Vo TATFaA RIS EE
PEBRLHE, 2704 F2HEBET 5. ARLY
GIE, KMEEREEEIC AT O FORSRE2HZ 572
DOIEIHIEDOBN 2 ZETRETH 5.

H#EZ AT RE] EWV) AT =M A F5IZDNT
W, EREN 2 A EI346% Lo/, TA FTAL D
PERGIZEI L T, B omBaEIcE L TE 72
IUETVANBIIEAERNZ & s, R R & H T
SNHEZESNT.

20174EDEE3 MO T —~ L, EESFIEEOER T
H 1, A, 2019 American College of Rheumatology
(ACR) /European League Against Rheumatism
(EULAR) IgG4-RD 72kt & L CHFINLY. h
1%, 20114E D HARDIgGA-RD Wit Z Wik LI, 2o
HoZW/ nEEETH ), ORI, hosgtk
HOREERE RIS, Wi Tk okl L
LmTH L., Kk BWEETIITELZ TRV
FRE (BRY 7 <100%22il) 255k b s & &b,
JEEE D 100% T < AR SN A, gt E CREEE
BTIL, CoM &7 3B MEEOERITEFE LA

#2A. 1gG4 B 8 % B @ ACR/EULAR %5 48 4 #E Inclusion
Criteria (3CHk6 %2 L CTIEL)

R Vb
1. JRBRAT AL EHR) IR 4
FWR) o SERIY BN & PEEERRIR 4 6
EWR) v SERIY R L TR L 13
2. fliktn hlE (F2BBIR) 0-16

3. IMiElgGAE EEFERNE
EFERUE, 26T 4

E L2546
T RO L 11
4 BT, Bty boMFREER 6
TR BT 2ty MAEOMFREER 14
5. fi SEFMER L /NERREREONE 4
HHE IR T %% 8 R ROk 10
(- N i EOUE AR 8
BED U F APERER & R (capsule-like rim) 11
FRED O OREE L IERE 19
7. B (A RIE 6
BREED L ISR OBHLE 8
TR e BRI 10

8. TR MG S RENIREE D 2RI

4
TIRBREDIRS YT, BEBRERORITER 8

2B, 1gG4 D YetaInclusion criteria (3CHk 6 % 218 L CTIERK)

1gG4+HHa %L /hpf
0to9 &FfifiE  10to 50 =50
IgG4/1gGlt
0 to 40% 0 7 7 7
A E 0 7 7 7
41-70% 7 7 14 14
>70% 7 7 14 16

TgGd+llia&/hpf - 400 AR INE 72 1) DIgGAR T ERl
IgG4/IgGlt - MRICRE L T A IgGh LR EAh OIgGAB M EME Ol



TRETH L. LA, HIKRIIERCEKGBROBIZTE
LI E R BERZEIRT 272012, HAHREIKE
THNEIC L CTE B 2T RE 2 &0 7o e
BEhTwd, L7soT, IgGARD IZBWTH, =
TUCHE U T DMER Sz, i L W AEHETIE,
% Jentry criteria & L C, TEAR 110 (FhE, IR,
MRS, bR, MEGAR, PRMEME, BN, NG, RBhIRAE R,
T, FUIRER) 1SRN D DIEGI O A% 53403 5 (V) v
I NEHZE D B R M 2 AR 2L D A DIEBNEL Z DFEHET
W TE Y, RiZexclusion criteria THER A T
04 RO, EMEESE, SLEXRSS O X I IS EER
1 H PR 1 [ B EkM I E Pk (anti-neutrophil
cytoplasmic antibody: ANCA) FIEINE RS &), £
HFULMEF Y v 2V~ VR EORER & BRYLL 721,
inclusion criteria 8 H O & 7T 52520 DL E o412
IgG4-RD & 73 HE5 % (J&FE 82.0%, HFHLRE 97.8%) (322).

COP LW X 5T, —REEREIC X 51gG4-
RD DM ES & o7z, Ferid, BEtcanFET
IZ25 17 | 7-1gGA-RD162 il & 45957 H130 1 % Fiv
ACR/EULAR 43335 # dvalidation study % 47 - 727.

g EL, ZWOEE TlgG4-RD % S\ i D IgG4
DUE SN, IEEHEOEEME LR E BAlo Tw 7228,
AL IEIGGA-RD & BT S N7IER L EFR L7z, &
DGR, REEIXT72.8%, FFEEIZ100% TH -7z, 1) ¥
FIVOWFE & 0 IEEDHI10% KA > 72 B & LT, 5
SRR B APTIRRG D 726, exclusion criteria % i 7z L
7EBII8 B (11.1%) 2SBRAL S N7z 5h3d T H 7z, B
ROWFRIL, PLSSA/Ro#iifkd L < IEHISSB/La ikl
76, ANCARME4GI, PLAREHDNAFLIAREG 145 51,
iy bv ) AT F FHUREHES I TH 572, L
L7A35, HUCCPHURD2HBID A 25, SRR Tl BH)
)< F LIgGARD DAL BT S, B0 1&g
IRIIZIZIGGARD TH ), &MEHCRERERE L Z
Wr S N7HEBIZ W o7z, L2 o T, RERRY
HifkEa Pk 4 CIgGARD % 155 F 2D TR L, =0
L9 RIEBIOTLY FNAITEEASLE L E 2 Sz,

1. BRERFRR RUREMRR ®

IgG4-RD @ %) BHEED W IRIRZA T1&, RIRIER
WX BEBOZEALE LTHERLINDL ZEDEL, ik
At o BRI BN ES TH 5. Ak, 69
— D DRFEDEGRLE T D L MR T, mEo
T - AR O FH T UE K A 51gG4-RD % 5t Z &
BBEHTHAH. Ly Lahb, TOMOlELGHZ T,
FRRAERICZ LW 2 &A% <, BHEMRAT TIRARIZEE R
ENDH T EIMmTIEZ . MEREZ &N T BB, IF

WICEE 2 GAET R s Lo e LC,
IgG4-RDIZB W TIE, —MMICEBEEDO S5NT,
CRPOFiEME D RO LN\ &) JaEIF s
. ZOFTRIZK > TEELRENEE TH HANCAR
HME KR LT v v A~ ViE & 385 5k
TdhAb. IgGARD T, 7 LIV F—M 8 de 0558 5
BT LUV —EELT &0 2 HENE < @o-
50%), it CHIE L 2R B I mE OB EL? LB S
L2ZrbdHD. Fl INSOTLAVTF—REAOE
LT, IR ORFERERIE S R ILEIGE S E A2
HHNE. b ) —DOEERIMFFMATRE LTHEYy
a7y ifED L < IEEIgGIEDNH ), TNHH
RO L D DB DH. —HOIER, FFIZENE
22 % RO RE B C i B ORI R IE 2 &0 2 2 &8
H BN, VIS EEE hoThEghIy 7
=T AD &) GEBRFEIUEDPHEEE 25 2 L1
WiThsb. UEok)Zprdzd &12IgG4RD % &>
723554, MEIgGARIENEHETH L, IgG4-RD A3 E
LI BEbNAZ L2 b, L LA S, FIZEKR
KB DT, #30% DIE BT I FHIgG4 i A3 1EH T
Hol-tOWENHY, —HT, IgG4-RD UAFIZH
ez e (B 202, BIET) v~ F BED1T%) Tl
IgGASEMTH 72 VW) FEDVH D, L7225 T,
ZOBICMIEIgGA T ICHEHY) 385 2 LidfalT
HhH. VI FP—2Z2DEHIHEFOHLD B
M DIFZEZ & 7219 B, IF5IRasE, TRMR, MER
Ji, TR, B, PRAEN/ KEIIRFE P O5EZE T 5.

2. ERFFR

IgG4-RD T, WHFTR & 7 5 ATZDOBWIZ LM
GHTRDPER SN TS, FICEELZOIICTTH Y,
FERE M RERIESRE XSRS L EHNEETH
B, MITHEIZE > TIIMRIE A ZER LD Y, %
PR Z % b e < o1 A 12IZFDG-PET S\ &
TLEE L H 508, RREIS E, EEEE DD
LExBWTE L OREFTILBEISIN TH L. Il o HE
TR ORRIC T O —ADEH LWL L H 5. 20194E0
ACR/EULAR IgG4-RD 73 #3EHE T, £ < OMf{§HTR
AHEIEIEDEE ICHY) TSN T»5Y. EEZs
TIECTIC L 5 [REZIME R & /N EHFERE DO BE (4
RA Y M) FE 70T THHERE B 2 BUD & <Ny RIRO#k
AR (10K A > b, Bl - IS RAE TR0V E
ANERER 8K A » M) IE7-IZCTIZ X ATHEOUE AL
JiE & WA (capsulelike rim) Q1K1 >~ M) F 72
& [ ERRE S O DBERTZE L IBEHRZE 19K A~ 1) ],
BhEEZEClE, CTICL AERELNED L CI3BED



AR @R A >~ M) IE72I3ERCTIC L B[ OE
B2 EARWIE (108 1 > M), IR T, CTIZL %
[ RBIIREE O 2SR AR A > b)) JE 72137
REPAR (BFEIAR & 0 F), Wi BIIRE BH O kAL (8
A Y M IPARRAE RS 2 HELREFEHT R TH L.

3. REMR

IgG4-RD Tl I & SN b Did, L OEIIZY
LB RSB LN ETHD. ROE
LR R, T) v /8B T E MR ] TR IRAR
HMEAL ) TRHEEM#IRE | o322 Lo s 3250
RHFT RO B, $TRTOREIZED SN LRI,
) NERR O EMINEEE (K1A) THh D, RIS
fig T & OFT L % FEER L 72 (3 ER 375 3A 95 [ 95 FRLEE 0
Kawaguchi 5" Td V), [/NENR/NEMIZOE AT
T IR - ) O REREESASND | E v
FH TR SN, RADEBIZB VTR Z DM
BRI TH D [/NIERBE D O BERE B O &
MRRICRET 2R IS s TB Y, [EED
R X B PR S R R B S 3 | & v )
REN R REOFHF#MILZ SN TV, ZOkARY
vosEk - BRI, $121gG4ARD B3k 4 2 fikdr
ICREZRITZEDPHOLDIIR LIS T, &CTo
MR Z 3@ 2 mEAT L & LR Sz L
DLEDS, Bl el ot it s e, 47

S/ \ERks i'}‘t-?‘. i R

K 1A, (PAM 4:tx400: F ) T2 RHINE 00 B 5 72 JRANE 7
BB RO L, RMERIEE 22w (U124 0
F1H)

1B, (HE4:fix40: 50 TIR)  ZEOIEHLIER % R0 5

H1C. (PAM 3= x200: FF ) 700 04 70 FE R AL % 72
WAH (CCE12 X Y FIH)

1D, (EVGY:Atx10: 1) A7 HEEEIREZ B0 5
(<)

LYRUFTATIE W EDRHO N E > TE.
Bl 20X, FEIRRPHERR TR EHoOETLEAETLY v
INENL R TR L e S BIRAEDTER S T w5 A (X
1B), —7 CEEIR R B, RIEREClE, A LI RIERR
DONDLHDOD, FERE - BRI R TIER 12D 74 L
HiZ7z7% v, Bl IR, Bilile, i
ANV S=THIFLZEAFRD S, 2 CTBHI LA
HBIRAER AR LD s, RMOPURIZH T 2 EH
MVEPUR % FEAET 5 2 ) — B BRI AT EM
JANDOGAPRI > TVEHDEEZLNT NS,
—HT, HhEH BT L2 EELRFTRE LT, AR
DEE RO WEE 72 EOIEEHEENRIEDO R TIL
BRI N T VD E W) TR H 5. Blz21E, SST
(Z, M) VOSBRI & B S
RObN, HEIZIX, RMEER%E M- 72 R HE M
RO b B DY, IgG4A-RD TlE, MEHEIRICHBIT S
BEORIER, BhRICBIT 2 RMEED L DD RKAE
X, Ho THOBEICE LT L. ZOMRITROEWVD,
IgG4RD IZB VT AT U A RHEFEBITHESLH ICHERED
MET2HEHEEZEZONTND,

20 H OB E 2 5w AT AL, EZIRFEHEIL (storiform
fibrosis) Td 5 (M1C). TN, AEBED [ 45
HEREA LR A | & v ) B I TR 2 o5 BEAN 7 & R A
FAIEFICEELRTRTH 5. LRI & 1,
T RDEDFEZ: 9 2o 72 ML DT Bk 4 4 D
FLLER D S HERB O AR — 7 IRIZIED AR TH Y |

M2A. (HEZ:fmx200:H) A FENICEZ O EME L
IFERERIZ I % 58D 4

M2B. (IgG4 4t x400: g 2500 1gGA R T B E
H xR0 5

X[2C. (PAS#:ftx40:BiK) JWZHE L IIRE R OB R IE
FICHETH B (FKHD)

X 2D. (CD138%:fnx100: BH i) B b A4 o g Hifik~ o
RIEDHENE F 0D B (FFNL BRI



APBIHFRAGE SNTWD. L Ladts, fHiiE
DM TO—FFEEFILT LIRS ZnEF bILTED,
Z ORI RO A2 H1gGARD L HIE L TL b
LV EEPLETH L. FoA4H, Holt, 1gG4 B
I§% D 2 W7 2 Dvalidation study 21T -72& 2 A, 55
BIDOIgGABEF R O ) B, Bl ALZERMBAEL
D T-DIx, 5151F2861 (54.9%) TH Y, LI L L
PRI W DS 9 & e o 7219,

3o H o= & T Bk, B IR K
(obliterative phlebitis) T# 4 (X1D). Ziuid, #k
WZHEET 2 EIROKIEFT R TH V), KIEDFIREED &
R L CIMENZHOR 720, O RE & Ik
WD RIEDTE DA L 72 5. FIRINO IE % (X5
XN EB 2D, KM Z YL 4 Elastica van
Gieson (EVG) ¥t %179 &, EHIROGHIERMED SR T
gt s, AEEEIREDTFESHO N E S,

L) —2, LTFLLEBTIERWD, I{#vbh
LTI, SREFNANOHRIKERTH 5 (X24). =
i, CORBORE TS S~V /X—=T2 (Th2) H 1 b
HA VEMOGRIERSE KB L2 R EEZ 615,

AR D EE IR R, £ 0lgGA IR E
#HE (IgG4-positive plasma cell: IgG4+PC) 2 TH 5
(H2B). COFTRIZIFFICEMR SN, EIr0BEHES
Nr-iEgsz BT 52 12X 0, 1gG4+PC DL DR
BE2FEHT 2D, ZORBOBWIZBITS [gold
standard | & 2N T & 72, JREMIR A FHI S 2 5%, Z%
DIgGA+PCIRIE DOIRIE L, AWML TRk Ak D1 HE
(high power field: hpf) &7- 0 10 L L, ZRHOBIBREEA
T30/hpf Ll L, 1gG4/IgGHi240% L 1 & ST & 729,
Lo L, D%, B4 RO AR 1gG4 THRE
Bt 2 LI2X Y, ZHOIgGH+PCIREAMEFIZ, P
L TIgG4-RD |2 B R IOFT R Tld 2\ 2 & 250 & 40 &
72 o7z, Strehl ™I, 27 BIO CIEN O S AE D
PRAA M & M5t L, “F3 01gGa+PCA79/hpf TH 1,
IgG4/1gG A3 F3532% (0-84%) TH AL & xR L7z,
F 72, BN 7~ F Ol ((F55/hpf) R0 E
PO AEMALIZ BB ((F3424/hph) 12D ZHDIgGa+
PCEFEOL I ENREN, LHDIgG4+PCIRE %%
W [gold standard] & 4% Z L ASEERIH S NS X 9 12
otz ZOHk, FIZEHOIgGA+PCIEED RO H il
LT NEEA L LT, ANCA B E M 702 il
EFX v ANT YRAMEHEND L) ko720 L
7ehio T, BUETIE, BRIRPTR., AR A, WA,
WHATROETERAE L CTHEEIZEHIRETHY,
[gG4-RD & L T3 THi 72 2R 4 O FERT [ D A
DFEFIR ) > 738 LR 2\ &9 el Tk, FF
IZEEICENTRETHLEEZOLNT VS,

4. BROREMEBOKRFPSBHS PICB-LZE

BB o0 ALY e R BT R, TR o0 B e B
BT 45 (tubulointerstitial nephritis: TIN) T& 4.
—h T, SSOFEWREL, REMNZ S OITREMBOE
BETINTHLZ &b, —/, FFIBTHDE L)
WZEbDbND, LeLAads, LR TW L EmHEIC
BIEFEICE L DECHD LD, —FKERHESIZ,
FOIRESA T A, SSTIE, BEDRAEL, FEIRIC
AT %05, 1gGARD T, FRZES L IFRETROETR
HIRE IR CTH ) (IX¥20), @& CT TIE, B 2
ZHMOERARI L V) B EGIT R A 29 5.
COMAREGITRE 2T 201k, I —EHovas
R — 3 AR L FIME RIERFIEIEZ &b h 2RI
FBRoNL. F7z, ROIIFEI S L7 AIP CHEBIFT R
& a3N7 (s O AHIRET 2 X ) IR
T2 0L, BT EHEICROONTE
D, EHRET R ICE R R CHERR S LS. O
7o, B AR Z -2 (M2D) b, MOTIN TidE 3
BOLNLWITRTH L. JRMERPITZEAERDS
N rid, IgGATINOEE LK TH Y, SSOTIN
IR STWD. F72, FRRPEEERIZ STl W
A, Bl H 2 BREORT.LERARD i,
R IFOIEBI O BRI % AT L 72 & 2 AP Bl =
W) SRR DU FEEAINZ ) S IBREED s S
SRR L T B REMAVRIZ S 7z,

5. 1gG4-RD DIRAEAETE (X 3)
1) BiRRE

IgG4-RD DJFEHIZEGD & Z AHS-TIE v, L
L7Z&As5, Mg ke b ICIgGaenE L {2 TBY,
CORRNEFRHT L ENT ORBOIHREEIEHS
MIZTHEETHDLEEZLNTWS, ZNFETIZ,
[gGAND 7 T AAA v FIZHRT 504 b A v &
LCIL4 LILI0D G 2 ic s TE Y. &
IRKFDZen 5 1%, 1gG4-RD L HHiFEETH 55
PR L PERRSE %% (primary sclerosing cholangitis: PSC)
RIS AR R 45 (primary biliary cholangitis:
PBC) ORZEE £ U mRNAZ i L, ~)L/3—T2
(Th2) 1 b A > Toh HILA, IL5, IL130EH &%
L7225, PSCXRPBCIZHE~XTIgG4-RD Tl
1946 R5 12 BIDTCHE L TWAH T e HENIZ L 72,
FIAR1Z, &Y A N A~ ThH BHIL-10 & 'TGF- S
3945 I HHATLHE L Tz, Zen B 1E, g
TR I Z B O BIEMET (Treg) Milua%=ME L <
WL ZEEMERLTBY, Tregn b S5 TGF-



Th2, Tth2, Mast cell

OI10

IL-4

M2Me, Treg, Mast cell

\ Plasma cell
B cell

O — /Q—:» | High IgG4 level

/

IL-10

I Class switching |

CD4+cytotoxicT, Treg, Mast cell

3. IgG4-RD OJHREAT  (ZE L 14-19 * S8 L TIERK)

. | | TGF-B]

Fibroblast

% —>{Storiform fibrosis

Th2: 2 B~ )L X —THIKL ; Th2: 2 BER A~ V8= THIE : M2M ¢ : M2~ 27 1 7 7 — 3 ; Treg: Hll#1E Tl

B3, 1gG4-RD DMUKE 2 A ALIZ BIAR L T 2 W) REME
PR E NIz, 0%, EhETh2 Mg 25EEh o R
MM cE 2 TH Y, IL4AZEEL TWDZ LD
AN IL-4 I Th2 MR LI b ik % 72 MR C e A A
THELTWL ZEPHLNE 572,

IENaYE~ OV =T (Tth) MfEix, V) > ERICBIT S
LT, BMIRRO I G9 5. Tihflifas: & i
HEENLY A M A v THhDHIL211E, BRI THLA
DAL T HV HIBE LT OMRHNEB 224 2 (somatic
hypermutation) #2232 &xHR—bML, ZOff
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